Introduction
Primary vulva cancer is a rare gynecologic malignancy and represents 3% to 5% of malignancies of the female genital track [1] . About 90% of primary vulva malignancies are squamous cell carcinomas and adenocarcinomas are much less common. Most of these lesions originated from Bartholin's gland or is associated with Paget's disease [2] . Intestinal type adenocarcinoma is a rare variant of primary adenocarcinoma of the vulva and only a few cases have been reported. It histologically resembles mucinous colonic carcinomas. Origin from cloacal remnants has been suggested but remains speculative. The authors report a rare case and review the relevant literature.
Case report
A 64-year-old woman, gravida 3, para 3, was referred to our clinic with a 1-month history of an itching vulva mass. Clinical examination demonstrated 5 cm×3 cm sized nodular mass was located on the right posterior part of the major labium but the uterus was small and the adnexa not palpable. Cervicovaginal Pap smear was negative and transvaginal ultrasonography revealed a small myoma. An incisional biopsy was performed at other hospital and diagnosed as adenocarcinoma of intestinal type. At that time, immunohistochemistry reveled positive reaction for CEA, cytokeratin (CK) 20, CK 7, CDX 2, p53 and p16. Tumor markers such as CA 125, CEA, and squamous cell carcinoma antigen were all within normal limit. Extensive workups were performed to detect other underlying carcinoma. Gastroduodenoscopy, colonoscopy, and cystoscopy revealed nothing abnormal. Positron emission tomography-computed tomography (PET-CT) did not demonstrate any other local or systemic carcinomas.
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Keywords: Adenocarcinoma, mucinous; Intestinal type; Vulva neoplasms dissection for a primary vulva carcinoma. On gross examination the vulva tissue widely excised was 4 cm×3 cm×1.8 cm and the skin surface was protruded (Fig. 1A) . The cut surface showed a tumor mass, 3.5 cm×2.7 cm, and appeared to be On microscopic finding the tumor was a well differentiated invasive adenocarcinoma having focal papillary pattern with the vulvar ulcerating the surface epithelium. The neoplastic glands that reveled intestinal type mucinous epithelium with hyperchromatic nuclei, goblet cells and intracytoplasmic mucin (Fig. 1B, C) . There was large amount of mucin pool present. The tumor invaded deep dermis with 10 mm in depth and 14 mm in width. Mitotic figures were frequently seen. Lymphatic or vascular invasion was absent. The surgical margin was free from the tumor. Immunohistochemistry was performed repeatedly in excision tumor, and showed diffuse positive in CEA, CK 20, CK 7, p53 and p16INK4a ( Fig. 1D-F ). This intestinal type carcinoma was confined to vulva, without invasion to vagina or anus. We, in conjunction with the clinical information, diagnosed this case as mucinous adenocarcinoma, intestinal type, arising from the vulva. She received no adjuvant therapy and has been free from recurrent disease for 12 months after surgery.
Discussion
Primary vulva carcinoma affects postmenopausal women and the vast majority of tumors are squamous cell carcinomas. Primary adenocarcinoma of the vulva is rare and can arise from normally situated glands in vulva or from ectopic tissues or embryonic remnants. Lulenski and Naji [3] first described the mucin-secreting adenocarcinoma of the vulva and it was originated from the Bartholin's gland. Other possible sites are sweat glands, Skene's gland, minor vestibular glands, aberrant mammary tissue or endometriotic implants [4] . Intestinal type is a rare variant of primary mucinous adenocarcinoma of the vulva, which histologically resembles mucinous colonic carcinomas. Only small number of cases has been reported and a search of the literature was conducted. The clinical features and managements of reported cases including our cases are summarized in Table 1 [2, [4] [5] [6] [7] [8] [9] [10] [11] . Metastatic tumors account for 8% of vulva tumors and the common sites are the cervix, the endometrium, kidney and urethra. Most patients with vulvar metastases have advanced primary tumors and the primary lesion and the vulva metastasis are diagnosed simultaneously in about one forth [12] . So meticulous research is mandatory to detect other local or systemic cancers. Due to its histological similarity, metastatic workups including gastroscopy, colonoscopy, CT or PET-CT have been performed.
Immunochemical analysis can be used to differentiate the origin of the tumor; estrogen receptor, progesterone receptor, and gross cystic disease fluid protein for mammary gland and endometrial carcinoma, CA 125 for ovary cancer, CK 20, villin and CA 19-9 for adenocarcinoma of gastrointestinal tract, and transcription intermediary factor 1, and napsin A for lung adenocarcinoma. In our case, the intestinal type mucinous 
